We report on two Somalian sibs with severe developmental retardation and spastic cerebral paresis. Both children have bilateral cerebral clefts in the Sylvian region with dilatation of the ventricles, absence of the septum pellucidum, and heterotopia. The diagnosis of familial schizencephaly was made. The occurrence of schizencephaly in two affected sibs supports a genetic basis for schizencephaly.
they found contralateral isolated cortical dysplasia in unilateral schizencephaly, which I underlines the bilateral involvement in schizencephaly. Therefore they proposed that schizencephaly is at one end of a spectrum ranging from focal cortical dysplasia to schizencephaly. For this reason high solution MR imaging in parents of patients with schizencephaly has been recommended to exclude schizencephaly or discrete cerebral lesions.
